progressively unsteady gait and was only able to walk indoors with a frame; she was otherwise chairbound. She had been hypertensive for 4 years. Examination revealed cerebellar dysarthria, moderate ataxia in the upper limbs, and mild pyramidal weakness and severe ataxia in the lower limbs. The left biceps jerk was just present, but all other tendon reflexes were absent and the plantar responses were extensor. Vibration sense was reduced in the feet and she had severe ataxia of gait.
On ECG there was mild left axis deviation (-300), and T It is tempting to assume that the patients reported here suffer from a dominantly inherited form of Friedreich's ataxia. If this were so, expression of the gene must have been very limited in either 11.4 or 11.5, presumably the former, who was asymptomatic before her death aged 44. It is also significant that members of earlier generations were unaffected and only one sibship in generation IV contained affected subjects.
There is only one family previously described in which a subject transmitted classical Friedreich's ataxia to his offspring. In 1885, Vizioli8 reported a sibship in which eight of 16 were affected; both parents were normal and died aged over 70. One of the patients had two affected and three normal children, but two of his affected sibs had a total of five unaffected children. There are no pedigrees in previously published reports which show transmission of the disease through three generations. It seems most likely that the explanation of the pedigree described here, and that of Vizioli,8 is that a heterozygote-homozygote mating resulted in affected offspring.
The incidence of Friedreich's ataxia is unknown. The Friedreich's Ataxia Group has approximately 600 members (personal communication, 1980) , but this figure obviously falls short of the total number in Great Britain. If the incidence of cousin marriage among parents of affected subjects (C) is known, the gene frequency (q) can be calculated from the formula a(1-C) 9 q= 16C -Ca -15a where a is the frequency of first cousin marriage in the general population.
In a recent study of Friedreich's ataxia (A E Harding, unpublished data), five of 90 sibships had parents who were first cousins, all of whom were British. The mean age of affected subjects was 32-3 ± 
